In seven of 12 cases of Ber-H2 (Ki-1) positive anaplastic large cell nonHodgkin's lymphoma (Ki-1 ALCL) disease remained localised to skin, and in five there was extracutaneous spread. Four patients had histological evidence of pre-existing or coexisting mycosis fungoides, and three patients had a long standing history of eczema or ichthyosis. In two cases the presence of a T phenotype was shown in frozen sections, and in a further six cases a T phenotype was firmly established in paraffin wax sections. Four patients died less than one year after presentation (two with disseminated lymphoma; two from other causes); one died at five years with widespread lymphoma and the remaining seven cases were alive one to 141 years after presentation. Three of the four patients with associated mycosis fungoides had prolonged survival, contrary to the findings of previous reports which suggest secondary Ki-l ALCL behaves aggressively.
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The recognition of these tumours is important because of their relatively good prognosis. The diagnosis can be readily substantiated immunohistochemically, using a simple panel of antibodies.
indicates that a high proportion of cutaneous Ki-1 ALCL pursue a non-aggressive course.
Methods
Excised skin tumours were received from all cases. In cases 1, 2, 3, 4, 6, 9, and 10 more than one skin biopsy was performed. Lymph nodes were received from cases 4 through to 8. Case 4 also developed a small intestinal tumour which was resected. In all cases formalin fixed specimens were processed conventionally into paraffin wax and 5 pm sections were stained with haematoxylin and eosin, Giemsa, methyl green pyronin and reticulin stains. Immunohistochemical studies were done on paraffin wax sections using the avidin-biotin-peroxidase technique. The antibodies used are listed in table 1. The tests were done with appropriate positive and negative controls.
Fresh tissue was available from the lymph nodes in cases 4 and 7 and this was subjected to frozen section immunoperoxidase studies for detailed phenotyping. The following antibodies were used: Anti IgD, IgM, anti-K and A light chains, T-lineage markers CD2, The Ki-1 antigen was 1, 2, 3, 8 , and 9) were followed up for more than five years, two of whom had mycosis fungoides. One patient (case 4) died five years after her mycosis fungoides transformed into Ki-1 ALCL and during this period she had nodal and small intestinal disease. The shortest survival times of seven, nine, two, and six months occurred in cases 5, 6, 7, and 10, respectively. Case 10 had severe chronic obstructive airways disease and died of respiratory failure. In case 7 necropsy showed death to have been due to fungal infection of the gastrointestinal tract, with no viable tumour present. Only in cases 4, 5, and 6, therefore, was death directly attributable to the dissemination of lymphoma.
Results

HISTOLOGICAL FINDINGS
The neoplastic component of the cutaneous infiltrate was morphologically similar in all cases, being composed of large cells with abundant eosinophilic, basophilic, or clear cytoplasm and central or eccentric, indented, convoluted or multilobulated nuclei with one or more prominent nucleoli (figs 2 and 3 8 * * *a * X * t ; 8 8 f W J II1Wt, S r , E < . * , and in some cases was particularly concen&5t~~~~~*S> *k**' ee 0 w n t %i hNegative in nodal and intestinal disease in case 4, nodal recurrence in case 6 and node in case 7.
cPositive in nodal and intestinal disease in case 4; node negative in case 7. dNegative in nodal recurrence in case 6. disease is not uncommon and figures culled from the major published series on Ki-1 ALCL show that associated skin disease occurs in about 15% of cases.3 718 It is this aspect which we emphasise in this report. It is not our purpose to review the subject of Ki-1 ALCL in general as this is well covered by other publications." 3013 It is worth noting that the wide age range of our patients (27-73 years) is similar to that reported by Kaudewitz et al, '4 although others have emphasised a high incidence in children.7" As in other studies,78 1013 our patients are predominantly male.
The anaplastic histological appearance of these lymphomas led to a wide range of initial pathological diagnoses, including Hodgkin's disease, metastatic carcinoma, malignant melanoma, malignant fibrous histiocytoma and an "unusual reactive process." This has also been the experience of others who also include lymphomatoid papulosis, RAH, and malignant histiocytosis among the diagnoses encountered.78
Once they become familiar, the histological appearances of Ki-1 ALCL are rather characteristic but they require immunohistochemical confirmation. This can be achieved by using commercially available antibodies on formalin fixed, paraffin wax embedded tissue. The strong membrane and paranuclear Ber-H2 positivity in most of the neoplastic cells is the most important diagnostic feature. The presence of LCA positivity in most of our cases excludes the possibility of a metastatic carcinoma or malignant melanoma, although a proportion of Ki-1 ALCL may be LCA negative.689 1320 Absence of cytokeratins is further evidence against a diagnosis of metastatic carcinoma. In this context it is worth noting that embryonal carcinomas and some pancreatic carcinomas show strong Ber-H2 staining,437 but these would probably be positive for cytokeratins. Many Ki-1 ALCL express EMA which may be another source of confusion.920 In our series only two cases exhibited EMA positivity.
S 100 protein, the presence of which can usually be shown in malignant melanomas, was absent in all our cases. Cases 3 and 6, in which the possibility of melanoma was initially suggested, were stained for a melanoma specific marker HMB 4536 but both yielded negative results. The failure to show S100 protein also precludes a diagnosis of Langerhans' cell histiocytosis which may conceivably be confused with Ki-l ALCL on morphological grounds.
Reed-Sternberg and Hodgkin cells are also Ber-H2 positive but skin disease is exceedingly rare in Hodgkin's disease, particularly as a presenting clinical feature.22 38 In conclusion, we emphasise that the accurate recognition of these tumours is important because of their relatively good prognosis and that the diagnosis can be substantiated immunohistochemically using a simple panel of antibodies reactive in formalin fixed, paraffin wax embedded tissues.
